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A 32-year-old Japanese woman with a giant pigmented con­
genital nevus of the torso presented with a massive pig­
mented tumor mass of the vulva which grew over an 8-year 
period. Histologically, the tumor was composed of benign 
appearing nevus-like cells with focal areas of extensive fi­
brous response. The tumor cells were positive for S-l 00 pro­
tein and with an antihuman melanoma antibody (MoAb 225, 
C ase Report On June 20, 1985, a 32-year-old Japa­nese woman presented with a large pigmented mass on the external genitalia. Since birth, the patient had had a bathing-trunk nevus and numerous small nevi over the entire skin, including genitalia. At age 24, 
the vulva area showed enlargement of the pigmented tumor which 
was at least 15 cm by 32 years of age. The patient was otherwise 
asymptomatic and had no history of seizures or other central ner­
vous system dysfunction. No similar disorder was known in her 
family. 
On physical examination, the patient was a medium-sized, well­
nourished, healthy appearing, adult female. Numerous slightly ele­
vated, pigmented, hairy nevi, 1-2 cm, were distributed over the 
skin including the scalp, face, palms, and soles. A giant pigmented 
nevus covered the lower back, buttocks, lower abdomen, and bilat­
eral thighs. The vulva was expanded by a sessile polypoid mass 
covered by heavily pigmented skin, which involved the right la­
bium majora more than the left. With the patient standing, the mass 
fell to just above the knees (Figs 1 and 2). The skin over the mass was 
brown to black and smooth, with hairs having perifollicular hyper­
pigmentation. The tumor was elastic and soft, with some firm areas 
palpable within the depths of the mass. The mass could be retracted 
to demonstrate a sharp demarcation between the pigmented skin 
over the tumor and the normal mucosa of the medial labial surfaces, 
the clitoris, the urethra, and the vagina. Radiographs of the tumor 
demonstrated uniform, soft tissue density. No inguinal hernia was 
apparent. The remainder of the physical, neurologic, and psycho­
logic examinations was unremarkable. 
One month after presentation, the vulva mass was excised under 
general anesthesia with plastic repair of the surgical wound. The 
postoperative course was uneventful, and the patient was discharged 
from the hospital 20 d after surgery. 
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28S) stain. Electron microscopy confirmed the nevomelano­
cytic nature of the tumor cells and demonstrated peculiar 
cytoplasmic crystalline tubular structures similar to those 
seen in cells infected with herpes virus type II. We propose 
the term "proliferating giant pigmented nevus" for this pre­
vious undescribed tumor.] Invest DermatoI92:315S-317S, 
1989 
Pathology The tumor weighed 4 kg. The subcutaneous surfaces 
showed extensive black tissue without circumscription, and with 
many large blood vessels (up to 6 mm in diameter) entering the 
mass. Cut sections demonstrated uniformly black tissue with some 
firm areas. 
Multiple microscopic sections demonstrated large variably pig­
mented nevus cells extending from the dermis into the subcutane­
ous tissues. The cells formed large and small nests focally with 
alveolar patterns. The nests were separated by fibrous tissue with 
melanin laden macrophages (Figs 3 and 4). The nuclei of the nevus 
cells were round or oval, and benign appearing with very few mi­
toses. The firm areas displayed greater amounts of fibrous tissue (Fig 
5). No malignant or anaplastic cells were identified. 
Immunohistochemistry Sections of tumor were stained with 
polyclonal anti-S-100 antibodies (DAKO) and with a monoclonal 
antihuman melanoma antibody (MoAb 225,28S) using the avidin­
biotin peroxidase complex method. Most tumor cells were positive 
with both the S-100 protein stain (Fig 6) and the anti-melanoma 
antibody stain (Fig 7). These positive reactions indicate a nevome­
lanocytic differentiation of the tumor cells. 
Electron Microscopy Fresh tissue was prefixed in 2% glutaral­
dehyde and post-fixed in 1 % OS04' The tissue was dehydrated in an 
ethanol series and embedded in Epon 812. After thin sectioning on a 
Porter-Blum MT-2 microtome, the specimen was observed after 
double staining with uranyl acetate and lead citrate under a Hitachi 
12A electron microscope. 
The tumor cells formed various-sized nests in the upper dermis 
and were rich in mature melanosomes and surrounded by basal 
lamina. In deeper tissues there were increasing amounts of fibrous 
tissue and solitary tumor cells which were spindled in shape and had 
long dendrites. These cells were surrounded by extracellular, 
sheath-like structures (as around dermal melanocytes) instead of 
typical band-like basal lamina. Numerous round or oval membrane­
bound vacuoles and myelin bodies were observed in some of the 
tumor cells (Figs 8 and 9). In addition, peculiar crystalline tubular 
structures, similar to those seen in herpes virus type II infected cells, 
were present in the cytoplasm of a few tumor cells (Figs 9 and 10). 
The electron microscopic findings also support a nevomelanocytic 
differentiation of the tumor cells. 
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Figure 1. A 32-year-old female had a large, sessile, pedunculated, deeply 
pigmented mass involving the external genitalia. 
Figure 2. The giant pigmented tumor extends just above the knees with the 
patient standing upright. 
Figure 3. A section from the tumor shows subepidermal nevic cell nests and 
numerous melanophages (H&E X 300). 
THE JOURNAL OF INVESTIGATIVE DERMATOLOGY 
Figure 4. In superficial areas of the tumor, the nevic cell nests are signifi­
cantly proliferated (H&E X 300). 
Figure 5. In deeper areas of the tumor, numerous solitary nevic cells are 
associated with increased mature collagen fibers (Azan X 300). 
Figure 6. The tumor cells are positive for S-lOO protein (ABC method 
X 300). 
Figure 7. The nevic tumor antibody cells are uniformly positive with anti­
human melanoma 22S,28S (ABC method with Giemsa post-stain X 360). 
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Figure 8. Tumor cells in deeper regions tissue of the mass have irregular 
spindle shapes with dendrites and extracellular sheath-like structures around 
their cell membranes. 
Figure 9. The presence of myeloid structures in a nevous cell. An insert 
indicates a high power view of peculiar tubular structures. 
Figure 10. A mitotic figure of a nevus cell. 
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Discussion Some authors have reported a high frequency of ma­
lignant melanoma occurring in giant pigmented congenital nevi 
(Kaplan: 1.8-30.9% [1]; Dellon et al: 17.5% [2]; Kopf et al: 38% 
[3]), and these melanomas present as nodules or masses arising in the 
large nevus. Lipoma, neurofibroma, fibroma, and pachydermato­
cele may also occur in giant pigmented congenital nevi and present 
as a nodule [4]. This large pedunculated tumor was composed of 
significantly proliferated benign appearing nevus cells, with exten­
sive areas of fibrosis, and was not associated with other named neo­
plastic processes such as blue nevus, lipoma, neurofibroma, or ma­
lignant melanoma. The location on the vulva, the unusually large 
size (4 kg), adult onset, slow growth (8 years), and benign course of 
this nevomelanocytic tumor arising in association with a giant pig­
mented congenital nevus are extremely unusual. The histologic 
appearance (S-100 and anti-melanoma antibody positivity), and 
electron microscopy confirm its nevomelanocytic nature. The pres­
ence of herpes virus type II-like structures in some of the tumor cells 
identified by electron microscopy is a very unusual finding. The 
possibility of a relationship between viral infection and the forma­
tion of this tumor is intriguing, but highly speculative. To our 
knowledge, a tumor such as this has not been reported. We would 
like to propose the term "proliferating giant pigmented nevus" for 
such a tumor. 
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